Introduction
An intriguing hematological disorder is seen in neonates with Down's syndrome (DS). Although this disorder clinically and hematologically resembles acute leukemia, it is reported that most of patients spontaneously regressed over weeks or months, except for some cases which lead to leukemic progression. No leukemic infiltration was found.
Case 2 A ten-day-old boy was admitted because of prolonged jaundice. He had Down's triad. The liver was palpable 3.0 cm below the right costal margin and the spleen was not felt. His hematologic data were as follows: Hb 17.4 g/dl; WBC 28,200/cu mm with 35.5% blasts; platelets 87,000/cu mm. Bone marrow aspirate was slightly hypo cellular with 41.8% replacement by blasts. No chemotherapy was given, because these findings were considered to be TMD associated with DS. His physical condition was well, and at the age of two months the blood cell counts returned to normal. Mild liver dysfunction was noted from the age of 30 days, but improved about one month later. He is now two and a half years old, remaining clinically and hematologically normal.
Case 3
A seven-day-old girl was admitted because of a heart murmur.
Ventricular septal defect was revealed by ultrasonic cardiography. Other abnormal findings included Down's triad, and the liver and spleen extended 3.0cm and 0.5cm below the respective costal margins. Her hematologic data were as follows: Hb 14.5 g/dl; WBC 11,000/cu mm with 17% blasts; platelets 36,000/cu mm. No chemotherapy was given because of the diagnosis of TMD associated with DS. At the age of 36 days the blasts disap peared, and thrombocytopenia resolved at the age of 50 days. She is hematologically normal at the age of five months.
Case 4
A five-day-old girl was admitted because of cyanosis and a heart murmur. The diagnosis of endocardial cushion defect was made. She also had Down's triad and jaundice. The liver extended 3.5 cm below the right costal margin. The spleen was not felt. Her hematologic data were as follows: Hb 18.7 g/dl; WBC 16,300/cu mm with 23% blasts; platelets 172,000/cu mm. No chemotherapy was given because of the diag nosis of TMD associated with DS. The blasts disappeared within three weeks, and she is hematologically normal at the age of three and a half months. Leukemia Results of cytochemical reactions are shown in Table 1 . About a half of the blasts were alpha-naphthyl acetate esterase positive (NaF sensitive) in Cases 1 and 2. A majority of blasts were acid phosphatase (Tartrate sensitive) and beta-glucuronidase positive in all four cases. A few myeloblasts and/or lymphoblasts were found in addition to the cells in the megakaryocytic lineage in Cases 1, 2 and 4.
Cytogenetic studies:
The results are shown in Table 2 . No additional karyotypic abnormality was found.
Surface marker studies:
A surface marker study was made only in Case 3. The results are shown in Table 3 .
Some 30% of mononuclear cells separated from peripheral blood expressed platelet associated antigens. It is thought that the proliferation of megakaryocytes in our cases was a transient reactive phenomenon due to ineffective regulation of hematopoiesis in DS, since it dis appeared spontaneously and the cytogenetic analysis of cells showed no karyotypic ab normality except for triosomy 21. However, possibilities, that the proliferation of megakaryocytes was malignant and then spontaneous remission occured cannot be denied completely. The differentiation of these benign or malignant aspects of prolifera tion should be clarified in future studies.
